R T, man aged 73
In the summer of 1972 developed hemorrhagic blisters on backs of hands and forehead, attributed by general practitioner to sun sensitivity and treated by a sunscreen preparation. Seen by dermatologist in January 1973: excoriations, blisters and scarring noted on dorsa of hands and fingers, forehead and temples. Clinical diagnosis of porphyria cutanea tarda suggested but porphyrinuria was not detected.
June 1974: Admitted to another hospital for investigations into the cause of weight loss and polyuria. Numerous tests unhelpful but albuminuria (1 g per day) discovered. Referred again to dermatologist because of persistence of rash and development of skin fiagility on exposed areas. Case notes record that rash was 'typical' of porphyria cutanea tarda, but new features included purpura on the face (Fig 1) and pigmentation and milia on the backs of the hands (Fig 2) . General examination and investigations were unhelpful. Full blood counts, urea and electrolytes, serum iron, standard liver function tests and serum protein estimation with electrophoresis were normal. Albuminuria still present but Bence Jones protein not detected. Quantitative porphyrin studies on urine, blood and fmces were also unremarkable.
November 1974: The skin fragility had become extreme with purpura and epidermal detachment easily produced with slight rubbing. Two small hemorrhagic blisters had appeared on the buccal mucosa. Dr J A Savin suggested that the diagnosis was primary systemic amyloidosis as some Post-mortemfindings: Macroscopic: massive cardiomyopathy; segmental inflammation throughout length of small bowel with serositis on serosal surface; grossly thickened splenic capsule ('sugar icing' spleen); pale kidneys with a granular surface. Microscopic: presence of perivascular and intramural deposits of amyloid confirmed; principal organs affected were kidney, thyroid gland and spleen; amyloid also seen in heart and tongue where it was present in the submucosa; deposits in the liver were slight.
Comment
Primary systemic amyloidosis may be difficult to diagnose. Absence of discrete amyloid deposits in the skin, macroglossia and abnormal liver function associated with features suggesting another condition were misleading. However, three important findings were overlooked: purpura following minimal trauma, the repeated lack of porphyrinuria and persistent marked albuminuria. All of these should have suggested a diagnosis other than porphyria cutanea tarda. A patient with primary amyloidosis masquerading as epidermolysis bullosa acquisita has been described by Muller et al. (1969) . The features in our patient were similar except their predilection for exposed areas. Mrs A S, aged 37, secretary-typist. Requested wigs which she had worn since childhood. Showed short stature, striking facies with bulbous nose and long upper lip, fingers tapering towards median axis and sparse short scalp hair with recession at the temples. Radiologically, coning of the metacarpal epiphyses and shortening of the fifth metacarpals were seen. [This case will be reported in detail in a radiological journal.]
